Schimke Immuno-osseous Dysplasia (SIOD) is a rare autosomal recessive disease caused by a biallelic mutation in SMARCAL1 gene. Typical findings in SIOD include spondylo-epiphyseal dysplasia, steroid resistance nephrotic syndrome, progressive renal failure, T-cell immunodeficiency, bone marrow failure, and cerebral infarction. In this case report, we describe a 9-yr-old girl who presented with failure to thrive in infancy. Nephrotic syndrome was diagnosed at the age of four years. She had three episodes of admission with cerebral stroke due to moyamoya syndrome. In the last admission at Namazi Hospital, Shiraz, southern Iran, in October 2016, she had new cerebral ischemia, developed seizure, and finally died.
Introduction
Schimke Immuno-Osseous Dysplasia (SIOD) (OMIM: 242900) is a rare autosomal recessive disease caused by a biallelic mutation in SMARCAL1 gene (Gene ID: 50485; NG_009771.1; OMIM: 606622). The incidence of SIOD is not clear, but it has been estimated to be 1 in every 1000000 to 3000000 live births in the United States (1) .
Common findings in SIOD include spondylo-epiphyseal dysplasia (SED), Steroid Resistance Nephrotic Syndrome (SRNS), progressive renal failure, and T-cell immunodeficiency. Atherosclerosis, cerebral infarction, Transient Neurologic Attacks (TNAs), hypothyroidism, and corneal opacity are also associated with SIOD. Bone marrow failure, autoimmune disease, non-Hodgkin lymphoma, and osteosarcoma has also been reported in these patients previously (1) (2) (3) .
Up to now, only two patients with SIOD have been reported in Iran (2, 3) .
Herein, we describe a 9-yr-old girl with SIOD who presented initially with failure to thrive in infancy. Nephrotic syndrome was diagnosed when she Early Onset Cerebral Infarction in Schimke Immuno-Osseous Dysplasia was 4 yr old.
Case report
In October 2016, a 9-yr-old girl with chief complaint of nausea, vomiting, lethargy, and decreased level of consciousness referred to the Neurology Department of Namazi Hospital, Shiraz, southern Iran.
The proband was the third offspring of healthy consanguineous parents (cousins). She had a healthy brother and sister. She was delivered through cesarean section due to oligohydramnios (birth weight = 2700 gr, body length = 48 cm). She had a short neck and trunk, pectus carinatum, and kyphosis. The first problem of the patient occurred at five months of age when growth retardation was detected in routine workup. Dental age was also delayed compared to chronological age. Indeed, bone survey showed delayed bone age, J-shaped sella, periarticular and diffused osteopenia, and flattening of thoracic vertebrae. She developed urinary tract infection when she was 11 months old. In voiding cystourethrogram, bilateral vesicoureteral reflux was diagnosed. Kidneys, ureters, and urinary bladder ultrasonography and renal scintigraphy were normal.
At the age of 4 yr, urine analysis showed proteinuria for the first time and after more workups, nephrotic syndrome was confirmed. Table 1 .
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Figure 3. Patient's brain MRI on the last admission

Discussion
We presented a 9-yr-old girl with failure to thrive and SRNS who developed cerebral infarction at the age of 6 yr as a complication of SIOD.
The exact etiology of SIOD has not been clearly 
